Introduction {#sec1-1}
============

Trichoepithelioma is a benign follicular tumor that presents as small, skin-colored papules and nodules predominantly on the face. When more than one family member is affected, the disease is known as multiple familial trichoepitheliomas (MFT). It is usually inherited as an autosomal dominant disease. Leonine facies due to trichoepithelioma is uncommonly described. We hereby describe an adult male presenting with leonine face due to trichoepithelioma with a family history of similar illness. We have also summarized the causes of leonine facies described in the literature so far.

Case Report {#sec1-2}
===========

A 20-year-old male, presented with a 10-year history of multiple skin-coloured, firm, asymptomatic papules, and nodules of size 2--10 mm over face and few similar discrete lesions over scalp, ears, and neck \[[Figure 1](#F1){ref-type="fig"}\]. Lesions were very closely aggregated over central face leading to the appearance of leonine facies. There was no associated systemic abnormality and routine laboratory investigations were within normal limits. Similar lesions were also present in the patient\'s mother. A clinical differential diagnosis of nodular lepromatous leprosy, post-kala azar dermal leishmaniasis, non-Langerhans cell histiocytosis, familial cylindromatosis, and Brooke-Spiegler syndrome were kept. There were no hypopigmented or hypoesthetic lesions which virtually ruled out the differentials of leprosy and leishmaniasis. Besides this, nerve trunks were not thickened. Lesions were not painful, and that helped us to some extent to rule out diagnosis of spiradenomas which are part of Brooke-Spiegler syndrome. A punch biopsy from face and scalp showed multiple nests of basaloid cells in the dermis with peripheral palisading in few nests. Some of the aggregates were containing horn cysts and showing follicular differentiation. Mitotic figures and atypical cells were not noticed in nests \[Figure [2a](#F2){ref-type="fig"} and [b](#F2){ref-type="fig"}\]. Histopathological features further helped us to exclude the differential diagnosis of non-Langerhans cell histiocytosis, familial cylindromatosis, and Brooke-Spiegler syndrome. On clinicopathological correlation, a final diagnosis of MFTs was considered. Radiofrequency ablation (RFA) by loop cautery (Vesalius, cutting-coagulation mode) was done with moderately good cosmetic outcome after three sessions and he has been planned for further sessions \[[Figure 3](#F3){ref-type="fig"}\]. In postoperative period, the patient was advised for strict photoprotection, but he did not follow the instructions and developed mild postinflammatory hyperpigmentation at the operated site. Interestingly, there was minimal surface scarring even at end of three sessions of RFA.

![Multiple closely aggregated skin colored, firm, papules, and nodules over face and scalp](IDOJ-8-358-g001){#F1}

![(a and b) Nests of basaloid cells containing few horn cysts in upper and mid dermis with follicular differentiation (Hematoxylin and eosin staining, ×40 and ×100)](IDOJ-8-358-g002){#F2}

![Moderately good improvement in glabellar region, nose, and adjacent cheek in form of significant flattening of lesions with minimal scarring and mild postinflammatory pigmentation](IDOJ-8-358-g003){#F3}

Discussion {#sec1-4}
==========

Leonine facies is a face that resembles that of a lion. It is a rare clinical presentation and corresponds to the morphologic manifestation of diffuse dermal infiltration of the face. It has been classically described for lepromatous leprosy. Apart from leprosy, leonine facies have been reported in cutaneous sarcoidosis, leishmaniasis, mastocytosis, actinic reticuloid, scleromyxedema, hematological malignancies, mycosis fungoides, leukemia cutis, and various other diseases \[[Table 1](#T1){ref-type="table"}\].\[[@ref1][@ref2][@ref3][@ref4][@ref5][@ref6][@ref7][@ref8][@ref9][@ref10][@ref11][@ref12]\]

###### 

Causes of leonine facies

![](IDOJ-8-358-g004)

Trichoepithelioma is a benign tumor of folliculosebaceous origin.\[[@ref3]\] It was first described by Brooke and Fordyce in 1892.\[[@ref3]\] The name trichoepithelioma is preferable to other designations, such as epithelioma adenoides cysticum and multiple benign cystic epithelioma, because it is more suggestive of the differentiation of this tumor towards hair structures. Trichoepithelioma can occur in two forms: Solitary and MFTs. MFTs is transmitted as an autosomal dominant trait. Its exact prevalence is not known but appears to be an uncommon disease entity. Onset is usually seen in the childhood as asymptomatic skin-colored papules over the face predominantly affecting nasolabial folds and central part of the face. Lesions may also appear on the neck and trunk. Lesions increase in size with age, may coalesce to form large lesions, occasionally giving rise to a leonine appearance to the face.\[[@ref3]\] Telangiectasia can be seen on the surface of the larger lesions resembling basal cell carcinoma (BCC). In contrast to BCC, ulceration is very rarely present in trichoepithelioma. Rarely, trichoepithelioma can be seen in association with BCC.\[[@ref13]\] Recently, an interesting case of sporadic multiple facial trichoepitheliomas presenting as diffuse waxy infiltration of the face and alopecia of eyebrows, and moustache leading to early leonine facies has been reported.\[[@ref14]\]

Diagnosis is mainly based on characteristic clinical and histopathological features. Typical trichoepithelioma is characterized by nests of basaloid cells containing numerous horn cysts with follicular differentiation. Basaloid cells in nests can present with peripheral palisading. A distinctive feature is the papillary-mesenchymal body (fibroblastic aggregate resembling abortive follicular papillae). Mitotic figures and peripheral palisading are uncommonly observed. Occasionally, melanocytes can be seen within the nests as trichoepitheliomas recapitulate hair differentiation. Genetic analysis can be done in familial type which shows abnormalities in band 9p21.\[[@ref13]\]

Multiple trichoepitheliomas are seen in Brooke-Spiegler syndrome. It is a rare autosomal dominant disorder with CYLD1 gene mutation and clinically characterized by a triad of trichoepithelioma, cylindroma, and spiradenoma. Other reported associations of multiple trichoepitheliomas include Rombo and Bazex syndrome.\[[@ref13]\]

Surgical excision, dermabrasion, RFA, and ablative lasers are the mainstay of therapy. Ablative laser and dermabrasion may improve the cosmetic appearance, but partial ablation of the tumour is usually followed by recurrence.
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